SUMMARY 17 patients suffering from the presenile dementia characterised by polycystic lipomenbranous osteodysplasia and sclerosing leukoencephalopathy were studied neurophysiologically. Noteworthy findings were diffuse slowing, the accentuation of 6-8 Hz parasagittal activity, slowing of the dominant occipital rhythm and, in the late phase when 13 of patients got epileptic seizures, there was paroxysmal activity in the EEG.
Polycystic lipomembranous osteodysplasia with twitches (the early phase of neuropsychiatric sympsclerosing leukoencephalopathy is a rare hereditary toMs).23 These symptoms progress steadily and are form of presenile dementia with changes both in later accompanied with other symptoms, especially brain and bones. '-4 It is caused by an autosomal epileptic seizures (the late phase). Death follows recessive gene.3 Eighty patients have been around the age of 40 years.3 Air encephalography documented: 20 in Finland, 46 in Japan, nine in and CT scan have revealed diffuse generalised brain Sweden and five in USA.5-8 The majority of Finnish atrophy.'2 13 patients are inhabitants of the middle-eastern part Macroscopic examination of the brains of six of the country. 3 Finnish cases revealed more or less marked atrophy
Childhood is mostly symptomless (the latent and greyish discoloration of the central parts of the phase). Around the age of 20 years patients suffer hemispheric white matter, particularly of the frontal from pains and tenderness in the ankles and wrists and temporal but to some extent also of the parietal and later from fractures (the phase of skeletal symp-lobes. The cortex of these regions was generally toms). The radiographic appearance is diagnos-much better preserved than the white matter. A vartic.3 910 Cystic rarefactions are situated in the bones iable degree of atrophy was noticed in the caudate of the extremities symmetrically. (fig 2) . Asymmetric findings were rare. In two patients occasional asymmetric slow activity was observed in the right hemisphere and in two patients there was a predominance of slow waves in the left 
